and malformations of the heart in 50% of the living affected.
The first case of Ellis-van well-formed articulated extra digit at the ulnar or fibular edge and preaxial polydactyly 1 is polydactyly of a thumb or big toe or both. All our patients except one had postaxial polydactyly A in the four extremities. The proband had preaxial polydactyly 1 in the right lower extremity and postaxial A in the others. A variety of other clinical and radiological signs, not included in table 1, were observed in at least one patient: strabismus, cryptorchidism, retarded skeletal maturation, cubitus valgus, hypoplastic cubitus, supernumerary carpal bone centre, fusion of lunate and triquetral bones, deformity of the hamate, hypoplastic 4th metacarpal bone, metacarpophalangeal subluxation (5th and 6th fingers), supernumerary fingers without associated metacarpals, clinodactyly of the 2nd, 4th, and 6th fingers, hypoplastic phalanges, conical phalanges, ankylosis of finger joints, coxa valga, disturbance in bone modelling of the tibial metaphysis, club foot, large cuboid, large sesamoids at distal extremity of the 1st metatarsal, long 3rd metatarsal, wide gap between 1st and 2nd toes, metatarsophalangeal subluxation of 5th toe, short 3rd toe, long 4th toe, and overriding of the 3rd and 6th toes.
CARDIAC FINDINGS
Cardiological evaluation performed in all living Excluded from the odontological studies were all adult patients who had already had almost all their teeth extracted, and the youngest affected child who made great resistance to the examination. Dermatoglyphic studies performed in ten cases showed a statistically significant increase of TRC and a-b counts. The high values of TRC can be explained by the high incidence of whorls observed in these patients: 87 whorls in a total of 117 fingers (one of the patients had had three fingers of a hand amputated). Frias and Cascos21 analysed the dermatoglyphs of three patients with Ellis-van Creveld syndrome and also found an excess of whorls: 20/32.
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